basal cell carcinoma syndrome, the family was referred for genetic counselling. The mother reported that several family members had previously been examined for jaw cysts. At a genetic counselling conference attended by the proband's mother, maternal grandmother, maternal uncle, and his wife, the genetic counsellor (A.H.) learned while recording the pedigree (Fig.) that the earlier investigations at another institution had included electrodiagnostic studies. It was apparent that some problem other than jaw cysts was investigated at that time. With some probing, it was revealed that several individuals in this family had Charcot-Marie-Tooth disease and that many of them were known to have had jaw cysts and other features of the naevoid basal cell carcinoma syndrome. A family physician informed us that the family had been the subject of a published report, and we eventually uncovered the Swift and Horowitz report. The family members with whom we had contact were not aware of the extensive manifestations of the naevoid basal cell carcinoma syndrome, that there were 2 separate genetic disorders within the family, or that both disorders were transmitted as autosomal dominant traits.
Methods and material
As a result of the genetic counselling provided to this family, 7 family members submitted to physical and/or radiological evaluation and provided access to Naet'oid basal cell carcinoma syndrome and Charcot-Marie-Tooth disease (Gorlin et al., 1965 ). Charcot-Marie-Tooth disease is commonly known as peroneal muscular atrophy (Charcot and Marie, 1886; Tooth, 1886) . Three types of inheritance are involved; autosomal dominant in about 70% of cases, autosomal recessive, and, less frequently, sex-linked recessive. Onset of symptoms can occur early in childhood or as late as the seventh decade (Bell, 1935; Skyre, 1974) .
Of the 29 family members examined by Swift and Horowitz, 16 The proband, VI.1, is one of two known female Naevoid basal cell carcinoma syndrome and Charcot-Marie-Tooth disease survivors of medulloblastoma with this syndrome. Both patients were treated with radiation therapy after surgery and developed multiple basal cell carcinoma along the radiated field within 6 months to 3 years. Both patients developed prepubertal ovarian fibromas after radiation (Strong, 1977) .
The gene for the naevoid basal cell carcinoma syndrome has shown possible linkage to the Rh blood group locus on chromosome 1 (Anderson, 1968) . Linkage studies are now in progress on kindred members in co-operation with Louise C. Strong. These studies could produce evidence of value for genetic counselling and prenatal diagnosis of Charcot- Marie-Tooth disease and the naevoid basal cell carcinoma syndrome.
Since the features of the naevoid basal cell carcinoma syndrome occur with great variability, the diagnosis should be considered in any individual with recurrent dentigerous cysts at an early age. The skeletal anomalies are congenital. A thorough radiological evaluation should be done to obtain additional evidence for or against the diagnosis. Early identification of individuals carrying this gene is important in order to monitor for malignancy and for genetic counselling for the family.
